Biometric study in a series of 11 affected males provides characteristic findings. The patients present with a large cornea with short radius, very deep anterior chamber depth (AC depth) exceeding the normal mean value of plus 2 SD, and a short vitreous length. Calculation of the postlimbal depth, a method applied in this study to obtain information about positioning of the iris and the lens, reveals a posterior positioning of the iris and lens. The posterior positioning of the iris and lens was proved to occur at the expense of the vitreous. The importance of biometric data for diagnosis and for differential diagnosis in primary infantile glaucoma and other diseases with megalocornea is discussed. (Br3 Ophthalmol 1994; 78: 781-785) 
The affected males in X linked megalocornea present with symmetrically enlarged clear corneas without evidence of elevated intraocular pressure. Corneal diameter is between 13-18 mm. Kayser, in 1914 , was the first to describe the occurrence of megalocornea as an X linked recessive disease in a kindred with 17 affected males. ' Nevertheless, for a considerable time, the disease was considered to be an abortive type of congenital glaucoma or an incomplete glaucoma.2 Until the 1960s this unitarian theory was defended by some authors. Since then the existence of X linked megalocornea as a separate entity is accepted. Arcus lipoides, mosaic corneal dystrophy, pigment dispersion, cataract, and lens dislocation are associated ocular anomalies in the disease; those symptoms are age-related.3 4 The gene for X linked megalocornea has been mapped on the long arm of the X chromosome. [3] [4] [5] In this study we performed a biometric examination in 11 affected males. The importance of biometric data for diagnosis and for differential diagnosis with primary infantile glaucoma and other diseases with megalocornea is discussed. Biometric data also appear to clarify the pathogenesis of X linked megalocornea.
Patients and methods
We examined three families with proved X linked megalocornea with a total number of 20 affected males. Our examination in 11 patients included the measurement of refraction, corneal diameter with a ruler, corneal radius with the keratometer, and corneal thickness with optical pachymeter (Haag-Streit). Anterior chamber depth, lens thickness, vitreous and axial length were studied by ultrasonography (applied by contact). We referred to the mean values of biometry for normal eyes as given by Delmarcelle.6 In this study we also used formulas that allow us to calculate the cupula (H) and the postlimbal depth (i); those are the two parts of the anterior chamber that are obtained by drawing a plane through the limbus AA' (Fig 1) postlimbal depth three possibilities should be considered: decreased lens thickness, posteriorly lens subluxation, or posterior insertion ofiris and lens. In the case of a negative postlimbal depth in individuals younger than 50 years with normal lens thickness, the lens may be subluxated anteriorly or the iris and the lens may be inserted anteriorly. The postlimbal depth for the patients with X linked megalocornea was calculated in order to obtain information about the positioning of the iris and the lens.
In this study the vitreous index was also calculated. o r=-0-77, p<0-01, n=11) (Fig 3) . All AC '-2 depths, plotted in relation to age, were very deep, -2S Dy and exceeded the mean value plus 2 SD (Fig 4) .
The lens thickness in relation to age was found to l l , /LJX be normal ( and therefore they appear to be pathognomonic for the disease.
PATHOGENESIS
Calculation of the postlimbal depth was the method applied in this study to obtain information about positioning of the iris and the lens (Fig  1) . Histopathological examination has only once been performed in X linked megalocornea.33 Kayser3" observed a large dome-shaped cornea with a deep AC in a normal sized globe; the overgrowth was limited to the anterior segment. Kayser also noted a posterior positioning of the iris and the ciliary body. Calculation of the vitreous index for this eye indicates a short vitreous (57-4%). Our biometric data are in accordance with this report.
